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Available online 25 September 2012AbstractAcute epigastric pain, especially in young females, is a very common cause of visits to the emergency room. We report a case of a 26-year-
old woman presenting with acute epigastric tenderness initially but who was later found to have massive intra-abdominal hemoperitoneum
caused by acute rupture of a tumor located over the pancreatic tail with adhesions to the stomach and transverse colon. A pancreatic malignancy
with local metastasis was suspected initially. The patient was treated and recovered uneventfully. The final pathologic report revealed an
extremely rare tumor called a mesenteric fibromatosis. To the best of our knowledge, this is the first reported case of a presentation of acute
abdomen with hemoperitoneum as the pathologic result of pancreatic mesenteric fibromatosis.
Copyright  2012, Taiwan Society of Emergency Medicine. Published by Elsevier Taiwan LLC. All rights reserved.
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Acute abdomen with epigastric pain is a very common
cause of visits to the emergency department. The differential
diagnosis is broad and encompasses all fields of medicine,
including pulmonology, cardiology, gastroenterology,
nephrology, urology, and even gynecology in female patients.
Most patients can be surveyed, managed and discharged safely
after adequate treatment and evaluation. Herein, we describe
a patient presenting with this common symptom who had an
abrupt active intra-abdominal hemoperitoneum caused by an
exceedingly rare tumor.* Corresponding author. Department of Emergency Medicine, Hsinchu
Mackay Memorial Hospital, 690, Section 2, Guang Fu Road, Hsinchu 30071,
Taiwan.
E-mail address: a5873@ms7.mmh.org.tw (W.-M. Choi).
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A 26-year-old woman, with a history of asthma under
adequate control presented after an insidious onset of persis-
tent dull epigastric pain with concurrent soreness over the
bilateral flanks 2 days previously. She was afebrile and had no
vomiting, hematemesis, diarrhea, melena, tea-colored urine,
clay-colored stools, chest pain, shortness of breath, or symp-
toms of an upper respiratory infection. She only drank socially
and denied illicit drug use. She had no history of trauma or
abdominal surgery. About 6 hours previously, she visited
a gastroenterology clinic where she was told that she had
possible peptic ulcer disease. Despite medication, her symp-
toms persisited and she presented in the emergency depart-
ment. Upon arrival, her body temperature was 37C, pulse rate
85 beats/minute, respiratory rate 16/minute and blood pressure
111/67 mmHg. Physical examination showed only epigastric
tenderness without obvious peritoneal signs. Laboratory data,Medicine. Published by Elsevier Taiwan LLC. All rights reserved.
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levels, renal function tests, serum glucose level, and electro-
lytes, were all within normal limits except for minimal
elevation of the serum amylase level (142 IU/L). Cardiac
enzyme levels were normal and electrocardiography showed
normal sinus rhythm. A urinalysis did not reveal any sign of
infection and a pregnancy test was negative. About 1 hour
later, she developed refractory hypotension with systolic blood
pressures ranging from 60 to 80 mmHg. The patient was weak
and lethargic with a pale face and lips, and she complained of
tenderness over the bilateral lower pelvic region. Bedside
ultrasonography revealed only fluid accumulation over the cul-
de-sac area, and an intact abdominal aorta up to the bifurcation
of the common iliac arteries, without any evidence of aorta
enlargement or intraluminal valves. A gynecologist was con-
sulted but no ovarian or uterine mass was detected. Follow-up
bedside ultrasonography 30 minutes later revealed new onset
of fluid accumulation in Morrison’s pouch and the perisplenic
space. A general surgeon was consulted for surgical
management. Abdominal computed tomography with and
without contrast showed active internal hemorrhage with
hemoperitoneum, and a large hematoma located between the
pancreas, stomach, liver, and spleen. The source of bleeding
was a ruptured cystic tumor located at the pancreatic tail
(Fig. 1). Exploratory laparotomy revealed massive hemoper-
itoneum with bleeding of the spleen and a pancreatic tail
tumor adhering to the adjacent stomach and transverse colon.
A malignant pancreatic tumor with local metastasis was sus-
pected. A splenectomy and a partial pancrectomy were per-
formed. The patient was hospitalized for 9 days and recovered
uneventfully.Fig. 1. Whole abdominal computed tomography with contrast enhancement.
A large hematoma located between the pancreas, stomach, liver and spleen,
and a ruptured cystic tumor located at the pancreatic tail are seen.The surgical specimen consisted of a ruptured, dark red, ill-
defined firm lesion measuring about 5  4  3.5 cm, located
between the pancreas tail and the colon, closely fusing and
retracting the muscular walls of the colon. The lesion was
0.7 cm from the proximal margin of the pancreas. Micro-
scopically, the lesion was composed of spindle or stellate cells
set in large sheets or fascicles with mildly interlacing features,
with low to median cellularity and abundant collagenous
matrix, which was somewhat hyalinized. Nuclear atypia was
absent. The lesion exhibited infiltrative growth invading the
muscular wall of the colon with retraction-angulation of the
colon and the peripheral portion of the pancreas. The adven-
titia of some large blood vessels was also involved. Some
tumor cells showed weak to fairly positive staining for actin,
but were negative for CD117, CD34, and DOG-1.
The final diagnosis in the official pathology report sug-
gested the lesion was a mesenteric fibromatosis rather than
a gastrointestinal stromal tumor, based on the morphology and
immunoreactivitiy (Fig. 2).
3. Discussion
A fibromatosis, also known as a desmoid tumor, is a rare,
benign soft tissue tumor characterized by fibroblastic prolifer-
ation within a collagen matrix. These tumors account for about
0.03% of all neoplasms and <3% of all soft-tissue tumors. The
most important characteristics of the tumors are that they are
morphologically benign but behave aggressively and their
recurrence rates are high, ranging from 25% to 68%.1 They can
be classified into two subgroups, the nonabdominal and
abdominal groups. Tumors in the nonabdominal group are most
commonly found in the shoulder girdle, hip-buttock region and
extremities, and they are usually multifocal at one site, with
a prior history of trauma being the most important predictive
factor.2 The abdominal group can be further classified into the
abdominal-wall and intra-abdominal subgroups. Tumors in the
intra-abdominal group are infrequent, accounting for about 8%
of all desmoid tumors.3 Mesenteric fibromatosis belongs to the
intraabdominal subgroup, which can be found in the pelvic
region or any part of intra-abdominal region.1 Pancreatic des-
moid tumors, as in our presenting case, are exceedingly rare.4
Reports in the literature suggest that desmoid tumors occur in
up to 32% of patients with familial adenomatous polyposis and
in up to 29% of patients with Gardner syndrome.5e7 Occa-
sionally, they are found at the site of a previously unrelated
operation8 or trauma,9 and can also occur, rarely, in association
with pregnancy.10 Lim et al reported that the number of estrogen
receptors was higher in desmoid tumors than in control tissue,11
which might explain the theory of estrogen as a growth factor,
and the slight female predominance12 with a male-to-female
ratio of 5:7.13 Cases without all the associated factors
mentioned above are called sporadic intra-abdominal desmoid
tumors, as seen in our patient.
Symptoms of desmoid tumors are related to the local
growth of the tumor and invasion of adjacent structures. Most
patients in the literature were asymptomatic until late in the
course, when a large palpable tumor was noted, resulting in
Fig. 2. A) A ruptured, dark red, ill-defined firm lesion. B) Spindle or stellate cells set in large sheets or fascicles. C) Infiltrative growth invading the muscular wall
of the colon with retraction-angulation. D) Infiltrative growth invading the peripheral portion of the pancreas.
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weight loss.12 Desmoid tumors can be locally aggressive and
may displace or even invade the contiguous structures, causing
ureteral obstruction,14 mesenteric ischemia, or intestinal
obstruction.15,16 Our patient was only symptomatic for 2 days
with a moderate degree of epigastric pain and did not display
the typical symptoms of intestinal obstruction or chronic
abdominal pain. Her major presenting signs in the emergency
department were acute abdominal pain with hemodynamic
instability and hemoperitoneum, which were not found in the
existing literature.
The differential diagnosis includes gastrointestinal stromal
tumor, lymphomas, carcinoid tumors, fibrosarcomas, and
inflammatory fibroid polyps.17 As imaging cannot provide
a definite diagnosis, an operation, whether a laparoscopic
biopsy or laparotomy, is almost definitely required to establish
the final histologic diagnosis.
The management of mesenteric fibromatosis can be chal-
lenging, consisting of wide surgical excision with a clear
margin, nonsteroidal anti-inflammatory drugs,14 antiestrogens,
radiotherapy, and cytotoxic chemotherapy,18 but the efficacy
of each therapy is not consistent. Recurrence at the site is
frequent (25% to 50%) in familial adenomatous polyposis andGardner syndrome but appear to be much less frequent in
sporadic pancreatic desmoid tumors as reported by a limited
number of reports.19
In conclusion, sporadic pancreatic mesenteric fibromatosis is
an extremely rare finding in common clinical practice. To the
best of our knowledge, this is the first reported case of presen-
tation of acute abdomen with hemoperitoneum, with the path-
ologic result of pancreatic mesenteric fibromatosis. Our patient
with surpisingly young (26 years old), had atypical initial clin-
ical features (epigastric tenderness followed by rapidly pro-
gressing hemoperitoneum), andwas thought to have devastating
operative findings (pancreatic malignancy with gastric and
colonic invasion), and the case concluded with yet another twist
(benign rare intra-abdominal neoplasm). This condition can be
a true diagnostic challenge for emergency physicians.References
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